Pulmonary hypertension (PH) is a rare manifestation in patients with primary Sjogren's syndrome (pSS) and it can occur with or without interstitial lung disease (ILD). Patients with PH and ILD who show signs of exacerbation of dyspnea are commonly assessed for pure PH aggravation, ILD progression or pulmonary infection. However, the presence of congenital cardiac anomalies, such as partial anomalous pulmonary vein return (PAPVR), can also be a cause of dyspnea exacerbation. PAPVR is a rare congenital anomaly that involves drainage of 1 to 3 pulmonary veins into the right-sided heart circulation, resulting in a partial left-to-right shunt. Here we present a case of PAPVR as the cause of PH aggravation in a patient with pSS with accompanying PH.
Introduction
Pulmonary hypertension (PH) is defined as mean pulmonary artery pressure (mPAP) that exceeds 25 mmHg at rest, as measured by right heart catheterization (RHC) (1) . PH can occur as an isolated condition or in association with various clinical settings, including connective tissue disease (CTDs) (2) .
CTD -associated PH is most common in patients with systemic sclerosis (SSc) (3). Chang et al. (4) reported that 37.3% of the patients with SSc had PH. However, PH is a rare manifestation in patients with primary Sjogren's syndrome (pSS) and the prevalence of PH was reported to be only 3.8% of the pSS patients in a Chinese cohort (5) . PH associated with CTD can occur with or without interstitial lung disease (ILD) (6) . When patients with PH combined with ILD show signs of dyspnea exacerbation, the possibility of pure PH aggravation or ILD progression, as well as pulmonary infection is commonly assessed. However, there are rare conditions that can contribute to PH aggravation. For instance, partial anomalous pulmonary venous return (PAPVR) which is a congenital anomaly that 1 to 3 pulmonary veins drain into the right-sided circulation results in a partial left-to-right (L-to-R) shunt that leads to pulmonary hypertension (7) . We describe a case of PH in a patient with pSS and ILD who had PAPVR as a coexisting condition. To the best of our knowledge, this is the first case of PAPVR as the cause of PH aggravation in a patient with pSS.
Case Report
A 50-year-old woman was admitted to our hospital in May 2011. She complained of dry cough and dyspnea that had persisted during the previous one month. In September 2008, she was diagnosed with ILD (non-specific interstitial pneumonia 
Discussion
Sjogren's syndrome is a systemic autoimmune disease that mainly affects exocrine glands and it causes dryness of the mouth and the eyes (8) . The spectrum of disease extends from organ specific autoimmune exocrinopathy to systemic involvement with various extraglandular manifestations. In a cohort of 400 patients with pSS, articular involvement was the most common extraglandular manifestation (9) . Pulmonary manifestations were reported to occur in 9% of the patients and these mainly consisted of ILD and small airway disease. PH is a rare manifestation of pSS and it can occur with or without ILD (10) . The diagnosis of PH in a patient with ILD depends on a high index of suspicion. Although RHC is the standard diagnostic procedure for diagnosing PH, its invasiveness often makes physicians reluctant to perform this procedure.
Therefore, measuring the RVSP on echocardiography is a commonly used alternative method in estimating mPAP.
Echocardiography is a noninvasive, valuable tool to screen for PH, and its sensitivity and specificity for predicting PH is 0.79 to 1.0 and 0.6 to 0.98, respectively (11). RHC was not initially performed in our patient for these reasons. This case emphasizes that RHC is required not only for making a definite diagnosis but also for ruling out any possible comorbidities.
Moreover, as PH is far less frequent in pSS than in other connective tissue diseases such as SSc, RHC should be performed especially in patients with suspected Sjogren's syndrome-associated PH to rule out other conditions. The management of PH with ILD includes the treatment of PH itself, and the underlying ILD (6) . Standard PH treatment (e.g vasomodulating agent) is a major component of various treatment options.
Some reports have advocated that corticosteroids with or without immunosuppressants used to treat ILD also has a beneficial effect on PH (12) . Generally, patients with PH and associated ILD are known to have a worse prognosis (2, 13) . When a patient with PH and ILD shows signs of worsening dyspnea, pure PH deterioration, ILD progression and pulmonary infection are commonly assessed. The CT findings and PFTs ruled out ILD progression and pulmonary infection in our patient. RHC was performed to accurately assess the state of PH which led to the incidental discovery of a congenital cardiac anomaly-PAPVR. PAPVR is a rare cardiac anomaly that involves drainage of 1 to 3 pulmonary veins into the right heart circulation and this results in a partial, functional L-to-R shunt (7) . PAPVR more frequently involves a right side anomaly. PAPVR is usually diagnosed using echocardiography with color flow mapping. Multidetector computed tomography has recently been adopted as a diagnostic tool to find PAPVR (7) , and it played a crucial role in finding PAPVR in our patient. Our patient underwent echocardiography three times and this failed to reveal PAPVR which was partly because our patient had a right upper pulmonary vein PAPVR without an ASD. Surgical correction is recommended for both symptomatic patients and asymptomatic patients with a Qp/Qs greater than 1.5 (14) . Although surgery could not be performed due to the patient's refusal, surgical correction of PAPVR would have alleviated the PH in our patient.
Summary
In summary, this is a case of PH accompanying pSS that was aggravated by coexisting PAPVR. We recommend that the possibility of coexisting congenital cardiac anomaly should be considered as a cause of worsening dyspnea in a patient with PH as well as other conditions such as infection or pure PH progression. To the best of our knowledge, this is the first reported case of PAPVR as the cause of PH aggravation in a patient with pSS with accompanying PH and ILD.
